Amyotonia Congenita.-A. G. MAITLAND-JONES, M.D. J. G., male, aged 2 years. Admitted to the London Hospital on January 21, 1930, with bronchitis. The mother stated that he was unable to walk or pull himself up into a sitting position. Only within the last four months has he been able to hold his head up unaided.
Family History.-Parents healthy. Five children. Eldest girl, aged 8, alive and well. Two other children, males, have died from "bronchitis," one at the age of 15 months, the other at 22 months; neither of them was ever able to walk. On Examination.-Poorly nourished. General hypotonia. The child's limbs can be placed in various abnormal positions. The hypotonia is more marked in the upper limbs than in the lower. Tendon reflexes absent. The muscles of the shoulder-girdle are very small and the upper arm muscles are less developed than those of the lower arm.
Remarks.-Because of the small size of the proximal muscles when compared with the distal-particularly noticeable in the upper extremities-this child may be an example of a case showing a connection, clinically, between amyotonia congenita and Werdnig-Hoffmann's disease.
Discussion.-Dr. CHODAK GREGORY asked what was the condition of the knee-joint in this child, and whether it was usual for a joint to be affected in amyotonia. Was the knee condition a reason why the child did not walk ?
Dr. MAITLAND-JONES (in reply) said that there was very little hypotonia in the lower limbs, and he did not think this would have prevented the child walking, as it was only within the last two months that he had been able to sit up. He (the speaker) had not noticed anything wrong with the knee-joint.
Dr. HELEN MACaKAY said that she had had a case-which she had at first wrongly diagnosed as one of amyotonia congenita-in which the signs had been very similar to those present in Dr. Maitland-Jones's case. About 1923 the child had been brought to the Queen's Hospital for Children, from the out-patient department of another hospital, where the condition had been diagnosed as rickets. She had, however, been unable to find any signs of rickets. The child, then in its second year, had extremely flaccid muscles, and much muscular weakness; and the knee-jerks were absent; the mother stated that it had been very late before he could hold up his head. That case had turned out to be one of pseudohypertrophic muscular dystrophy. Possibly the condition in this present case might prove to be the same. The calf muscles were distinctly firmer than the very soft muscles of other parts of the body.
